patient was established when she was four months old (Varadi 1958 ). An apparent improvement followed splenectomy and lasted four years but the hemolytic anemia has recurred and she requires repeated transfusions, the interval between them in the last ten years remaining roughly constant at four months.
It is of interest that despite the numerous transfusions recent skin biopsy showed no increased iron pigmentation. Histochemical methods applied to the biopsy show that mucopolysaccharide is present in the dermis, perhaps not in the same quantity as in erythropoietic protoporphyria. Dr S S Bleehen has examined the skin under the electron microscope and has found the changes seen in erythropoietic protophorphyria (Epstein et al. 1973 ) but never before demonstrated in congenital porphyria.
A large number ofsubstances have been thought to be possible inhibitors of the inflammatory reaction of porphyrins, such as a-tocopherol, ascorbic acid and carotene. Curiously enough, as long ago as 1956 Sistrom et al. showed that carotenoid pigments protected photosynthetic bacteria against lethal damage from photosensitization. This patient was given a carotenerich diet some years ago without any improvement. Recent reports on the success of ,-carotene (Matthews-Roth et al. 1970 , Chapel et al. 1972 in the treatment of erythropoietic protoporphyria stimulated me to try again. It has also been shown that the substance is harmless as it does not produce hypervitaminosis A (Lewis 1972) even when given in very high dosage. In May 1973 25 mg t.d.s. of ,B-carotene was prescribed.
Subjectively the patient began to feel better and her skin improved greatly. There has been no significant blistering in the sun and this is the first summer that she has dared to go out in the daylight. In previous years she always had to wait for dusk before leaving home.
We have no objective tests to show that her skin is less sensitive nor that her rate of hiemolysis has decreased but I consider that the improvement of her light sensitivity is real. Whether it is a spontaneous remission or a result of the /carotene remains to be demonstrated. Dr S Varadi: The patient was diagnosed before she was five months old. On account of a severe hnmolytic anemia (Hb 4.8-6 g/100 ml) and thrombocytopenia (13-37 x 103/mmu) splenectomy was carried out four weeks later. This was followed by what appeared to be a cure ofthe hbemolytic aneemia and thrombocytopenia. In parallel with a diminished erythropoietic activity the rate of porphyrin production was also reduced. From the age of about four-and-a-half years, however, the signs of an increased hemolysis became gradually more and more apparent, probably due to the growth of the nonsplenic part of the reticuloendothelial apparatus which took over the role ofremoving the inferior red cells from the circulation. Red-cell survival studies carried out at the age of eight years showed a low normal survival of patient's I1Cr-tagged cells in a healthy recipient with a mean cell life of about 70 days. The anemia in congenital porphyria is due to both ineffective erythropoiesis and hemolysis. The exact nature of the himolysis is still not fully understood.
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Although in the long run the results of the splenectomy were disappointing, the time when transfusions became necessary was postponed by several years.
Dr S S Bleehen: Ultrastructural studies have been carried out on a skin biopsy from a light-exposed area of the back of the hand. The most striking finding was reduplication of the basal lamira at the epidermaldermal junction and a marked proliferation of the basal lamina around small vessels in the papillary dermis. There was accumulation of fibrillar material, most marked in the upper dermis and sometimes aggregated into more dense clumps.
Multiple Active Junctional Nsevi with Family History ofMalignant Melanoma Dowling D Munro MB FRCP (Edgware General Hospital, Edgware, and St Bartholomew's Hospital, London ECJ) Mrs A F aged 40 History: In 1964 a pigmented nevus was removed from the upper lip because the lesion had increased in size. Similar pigmented nodules were excised from the right shin and from the left upper arm early and late in 1967. In January 1973 a nevus which had been present on the right forearm for at least 10 years, became larger and more deeply pigmented.
Family history: Father had a malignant melanoma which arose in a nmvus and caused his death 10 years later when aged 64 years. On examination: The patient was fair-haired with blue eyes and a fair skin. The limbs were covered with many nvvi, 1-8 mm in diameter; some of the lesions were classical moles, others lentigos, freckles and flat junctional nmvi (Fig 1) . The most recently excised lesion from the forearm was irregularly pigmented, pale brown with deep brown flecks, and 6 mm in diameter. No lymphadenopathy was present.
Investigations: The histology of all the excised lesions showed a similar pattern with many melanocytes throughout the epidermis and nests of pleomorphic deeply-staining cells within the epidermis, at the epidermo-dermal junction and in the dermis. Nuclear irregularity, mitotic figures and some giant cells were present in each section. Malignant melanoma cytoplasmic antibodies were absent from the patient's serum (Dr P W M Copeman).
Comment
The history of sudden enlargement and alteration in pigmentation in a nevus resulted in a clinical diagnosis of malignant melanoma, and each excised lesion was histologically diagnosed as such. The benign clinical course and the absence of malignant melanoma antibodies makes the diagnosis very unlikely, though the possibility that this woman will at some stage develop a truly malignant tumour seems high in view of the family history ofmalignant melanoma.
The familial association with malignant melanoma in xeroderma pigmentosum is well recognized, and since Cawley (1952) described a father and his two children with the disease, more examples ofhereditary malignant melanomas have been reported (Anderson et al. 1967 , Lynch & Krush 1968 ). Early onset and multiple primary tumours were particular features of the cases.
